We report two sisters with congenital myotonic dystrophy (CDM) born to a normal mother and an affected father. The congenitally affected daughters had symptoms from birth. The age of onset of DM in the father was 39 years. Analysis of the CTG trinucleotide expansion in this family showed increase in the repeat length with increasing severity, with the smallest expansion in the grandfather and the largest expansion in the younger of the two CDM sisters. This family shows that exceptionally it is possible for CDM to be inherited paternally and refutes the hypothesis that CDM is exclusively of maternal origin. This contradicts several of the previous hypotheses concerning the mechanisms by which the CDM phenotype arises.
Myotonic dystrophy (DM) is the commonest cause of inherited adult muscular dystrophy. Usually it progresses slowly over several decades and affects many of the organ systems of the body. The commonest presenting symptoms are myotonia, muscular atrophy, cataract, and endocrine dysfunction. ' She was able to walk using a crutch and a fixed ankle short leg brace. Percussion myotonia was evident that had not been noted at the age of 8. This was confirmed by electromyography (EMG). The electrocardiogram (ECG) showed absence of conduction block. The serum creatine kinase (CK) was mildly raised (51 mU/ml, normal <40). Frontal lobe atrophy was seen on CT scan of the brain. CASE 2 This 15 year old girl, the sister of case 1, was born by normal vaginal delivery at 40 weeks' gestation and weighed 3500 g at birth. She was floppy, but respiratory failure and feeding difficulties were not reported. Her developmental milestones were normal. At the age of 3 her mother noticed that her mouth was always open and by the age of 10 she had difficulty opening a can and ran slowly.
At presentation she was 146 cm tall and weighed 38 kg. She was found to be mentally retarded (IQ 55, WISC) and had mild facial muscle weakness, dysphagia, a nasal voice, scoliosis, and distal dominant muscle weakness with atrophy. Although able to walk she could not climb stairs. Her grip and percussion myotonia were obvious and myotonic discharges were evident on the EMG. Her ECG was normal and her serum CK mildly raised (85mU/ml). Frontal lobe atrophy and mild ventricular dilatation were seen on brain CT scan. CASE 3 This 43 year old man is the father of patients 1 and 2. He complained of weakness of his fingertips at the age of 39 and observed weakness in his left leg at the age of 41 and by EMG and he had a raised serum CK (175 mU/ml, normal < 55). CASE 4 This man was the father of case 3. He had cataracts but no muscle weakness or myotonia were demonstrable clinically or by EMG. He was suspected of being diabetic and had undergone cholecystectomy at the age of 53. The family pedigree is shown in fig 1. Muscle pathology Open muscle biopsies of the biceps brachii were performed on cases 1, 2, and 3. Frozen sections showed an increase of central nuclei in case 3 that was not seen in cases 1 or 2. All three of these patients had type 1 fibre atrophy. The clinical and laboratory findings are summarised in table 1. DNA analysis of unstable region of the DM gene Genomic DNA samples of these four patients, the mother (IV 2) and the grandmother (III2) were prepared from peripheral blood by conventional methods.'3 DNA (5 gg) was digested with BamHI or SacI in 50 pl of reaction buffer and electrophoresed on 0 8% agarose gels. After Southern blotting of the DNA the nylon membrane was hybridised with digoxigenin labelled probe p5B1.4'4 at 42°C for 16 hours. After hybridisation the membrane was washed in 2 x SSC, 0.5% SDS followed by 0 5 x SSC, 0 5% SDS solution. Digoxigenin labelled DNA was detected by chemiluminescence (Boehringer Mannheim) and the membrane exposed to x ray film. In both restriction digests expansions of 4 kb, 2 7 kb, and 600 bp were detected in the DNA from cases 1, 2, and 3, respectively (fig 2) .
Genomic DNA from the family members in fig 1 was amplified 
